A 46-year-old man was admitted to our hospital with cough and dyspnea on exertion. A chest X-ray film showed diffuse interstitial shadows. He had hyperpigmentation forming a network pattern around his neck and dystrophy of the fingernails and toenails, and was diagnosed as having dyskeratosis congenita. Histological examination of the lung specimen obtained from the left S4b by open lung biopsy revealed usual interstitial pneumonia pattern with neither asbestos bodies nor silicotic nodules. Taken together with previously published findings, pulmonary involvement is considered to be an important complication of dyskeratosis congenita. (Internal Medicine 33: 226-230, 1994) 
Introduction
Dyskeratosis congenita (DC) is a rare hereditary condition of ectodermal dysplasia, which is characterized by reticulate skin hyperpigmentation, nail dystrophy and mucosal leukoplakia (1) (2) (3) . It has been pointed out that the disease involves not only the skin and structures derived from the ectoderm, but also organs of mesodermaland endodermal origin. Moreserious features are bone marrowinvolvement with pancytopenia and a predisposition to malignancy (2, 4, 5) . Although interstitial pneumonia associated with DC has been mentioned in the literature (5) (6) (7) (8) , to our knowledge, no detailed reports about its pathological findings have been published. We report the case of a DCpatient with interstitial pneumonia, whose histopathological findings were consistent with usual interstitial pneumonia.
Case Report
A 46-year-old manwas admitted to our hospital in October 1992 with a one-year history of progressive cough and dyspnea on exertion (Hugh-Jones II). A chest X-ray abnormality with reticulonodular shadows in the lower lung fields had been first pointed out in 1985 (Fig. la) . A smoker, with a prior left pneumothorax, the patient had worked at a foundry for about 30
years. There was no history of blood diseases or abnormal skin in the family. On admission, his blood pressure was 1 14/70 mmHg,pulse rate 84/min and regular, respiratory rate 22/min and body temperature 36.4°C. He had hyperpigmentation forming a network pattern on the anterior chest and around the neck (Fig.  2) , dystrophy of the fingernails and toenails which had been destroyed and were fused with keratotic skin (Fig. 3) ; he had observed these skin changes from the age of 15. There was no leukoplakia in his oral mucosa. Auscultation of the lungs revealed bilateral diffuse fine crackles without wheezes or rhonchi. His cardiac examination was entirely within normal limits and the abdominal and neurological examination were also normal. The initial laboratory findings showed no abnormalities of the peripheral blood cell count, biochemistry or serology, except for elevations of lactate dehydrogenase (LDH) and IgE (radioimmunosorbent test: RIST) ( Table 1) . His arterial blood gas analysis results were almost within normal limits, but pulmonary function tests revealed restrictive impairment and a decreased diffusing capacity. Gramand acidfast stains of his sputumwerenegative. The chest X-ray film taken on admission showed worsened infiltration and loss of lung volume (Fig. lb) compared with previous radiographs (Fig. l a) . Computed tomography (CT) of his chest showed patchy high-density areas and ring-like opacities (Fig. 4) . biopsy on November 30, 1992, when we found severe pleural conglutination.
The pathological examination of the biopsy specimen from the left S4b revealed an inflammatory and flbrosing lesion affecting predominantly the peripheral regions with honeycombing (Fig. 5) . These features were compatible with usual interstitial pneumonia (UIP) (9). There were no asbestos bodies or silicotic nodules. A biopsy specimen from his skin lesion with reticulate pigmentation showedan atrophic epidermis with hyperkeratosis, a thin rete ridge and capillary dilatation (Fig. 6 ), which were compatible with DC. No abnormalities were found in the bone marrow by gastric endoscopy nor on the abdominal CTscans and ultrasonogram.
Discussion
Dyskeratosis congenita is a rare genetic ectodermal disorder characterized by skin hyperpigmentation, nail dystrophy and leukoplakia of the mucous membranes (1) (2) (3) . Amongthis triad, typical reticulated telangiectatic hyperpigmentation always occurs, but 2 to 15% ofDC patients lack nail dystrophy and 13 to 20%fail to present with leukoplakia. The present patient had typical reticulated hyperpigmentation and nail dystrophy but no leukoplakia, and thus was classified as having the incomplete type ofDC (1, 2) . Dyskeratosis congenita is associated with multisystem ectodermal and mesodermal changes, and about half these patients develop hematological abnormalities. The most important cause of mortality is aplastic anemia with the development of secondary infections (1) (2) (3) (4) . Other abnormalities, such as abnormal dental development, punctate lacrimalis obliteration, subnormal intelligence and small testes and penis have been reported. Malignant changes usually develop in the mucous membranes, and leukoplakia is believed to be the precancerous stage (1, 2) . These complications were not found in the present patient.
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In DCpatients, immunological abnormalities such as T-cell immunodeficiency, decreased natural killer cell activity and a deficit of cell-mediated immunity have also been reported (4, 12, 1 3) . Opportunistic infections are thought to ensue as a result of these immunodeficiencies and frequently are complicated by hematological abnormalities (1) (2) (3) (4) (5) . drome ( 14). These allergological abnormalities may be responsible for the allergic bronchopulmonary diseases that can occur in patients with DC. In the present patient, the serum IgE (RIST) value was elevated, but IgE (radioallergosorbent test: RAST) for ascaridae, dermatophagoides, house dust and Japanese cedar were all negative. He had neither bronchial hyperresponsiveness nor asthma. Table 2 summarizes our literature review of the reported cases of DCwith interstitial pneumonia (5) (6) (7) (8) . There were 4 patients (3 men, 1 woman), whose average age was 24.5 years. In 3 of the 4 for whoma chest X-ray film was available, 2 showed reticulonodular shadows and the other had mottled infiltration.
Two had restrictive impairment and one had a decreased diffusing capacity.
Twowere diagnosed by open lung biopsy, but only limited information on the pathological findings was described in the reports.
In the present patient, interstitial pneumonia had been preceded by DCfor 25 years, and an open lung biopsy revealed a UIP pattern. 
